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Pe3iome
IIpoaanc mumpanvhoeo kaanana (IIMK) — uaubonee usyuennoe nposeaeHue OUCHAQ3UU COCOUHUMENbHOU MKAHU
(ZICT). Bpoxcdennuiii degpekm coedunumenbHoll mKaHu, aexdcaujuili 6 ocHoge anomaruu cepoya npu IIMK, npednonraecaem
Haau4ue usMeHeHull U co CMmopoHsl Opyeux GHymMpeHHUX opeanos. B 0630pe npueedensl ceedenus 00 U36eCmMHbIX K HACMOS-
wemy epemenu enexapouanvhuix mapkepax ACT, conymemeyrowux IIMK: éeno3noit Hedocmamournocmu, mpaxeoOpoHxu-
anbHOU OUCKUHe3UU, UBMEHEHUSIX CO CIOPOHbL OP2AHO8 NUWeB8aApeHUs, He(hponmose, NPoAance 2eHUMAanUil, Namoaoeuu ee-

mocmasa.

KioueBbie cioBa: opoJjarnc MHUTpaJbHOI'O KJjiallaHa,

ITPOABJICHUA.

ITponanc mutpanbHoro kinanaHa (ITMK) otHocutcst K
YUCTy PacrpoCTPaHEHHBIX MOPOKOB Cepilla U Haubosee
M3YyYeHHBIX TPOSIBICHUN JUCIIA3UMM COCIMHUTEIBHOMN
tkaHu (ICT). I[IMK MoxeT BcTpeyaTbcsl ITpU Psiie U3BECT-
HBIX TE€HHbIX Oosie3Hell (cuHapombl Mapdana, Diep-
ca-JlaHoca), HO ropa3io yalle BbICTyHaeT KapauaabHbIM
MapKepoM HECHHAPOMHON Wiau HeaudbepeHIMpOBaHHOM
ACT [6, 11]. B cooTBeTCTBUY ¢ COBPEMEHHBIMU MPECTAB-
JieHussmMu, B ocHoBe TTMK jiexkKuT reHeTu4eckKu o0yCa0B-
JIEHHas1 HETTOJIHOLIEHHOCTb KOJIJIareHa, MPpUBOAsIIas K U3-
MEHEHMIO MEXaHUYECKHMX CBOMCTB MUTPAJIbHBIX CTBOPOK 1
HMX HECTIOCOOHOCTU MPOTUBOCTOSITH OOBIMHOMY NTaBJICHUIO
B TIOJIOCTU JIEBOTO KeJTynouKa. SABIssich MpOsIBICHUEM Te-
HepaJiM30BaHHOIo nedeKkTa COSAUHUTENIbHOU TKaHMU,
TIMK yacTo couertaercs C APYTMMU OUCILIACTUYECKUMU
M3MEHEHUSIMU cepjlla — aHOMaJIbHO PACIIONIOXEHHbBIMU
XOpJIaMu, aHEBPU3MaMU MEXIIPECEPTHON Meperopoaku 1
cuHycoB Basnbcanbbbl [6]. IToBceMecTHOe pacmpocTpaHe-
HUE B OpraHU3Me€ COEAVHUTEIbHONU TKaHW IMpearnosaraet
Haymuue rpu [TMK nmonvopraHHoO CUMIITOMaTUKU U CTH -
MYJIMPYET TIOUCK MHBIX BUCIIEPAIIbHBIX MapKepoB Heaud-
depenuupoBanHoit JICT, kiMHUYecKoe 3HaUY€HUE KOTO-
DBIX MOXET 0Ka3aTbCsl HE MEHee CYIIECTBEHHbBIM, YeM I10-
paxeHue cepaia. [IpeactaBieHHbI 0030p 0000111aeT CBe-
JIEHUS O PACIPOCTPAHEHHOCTHU, XapaKTepe U KITMHUYECKOM
3HAUEHWM BHEKApIUAJIbHBIX BUCIEPAJIbHBIX W3MEHEHMIA
npu [TMK.

OpHuM u3 npusHaHHbIX nposieaeHuit JCT, Hepenko
conyrerByomux [IMK, sBisiercs maTojiorusi BEHO3HOM
cucteMbl. JIaHHBIMU YJIBTPa3BYKOBOW momIuieporpaduu
nokaszaHo, yto 6onbHble ¢ JICT cepaua ommyarorcst He-
JIOCTaTOYHOCTBIO KJIAMTaHHOTO arapaTra BeH HUXKHUX KO-
HEYHOCTe#, mpuyeM HauOoJjee BbIpakeHHbIE U3MEHEHUS
OTMEUEHBI TIPY 3HAUYUTEIbHO MUKCOMATO3HOM JereHepa-
LIMM KJIaTTaHHBIX CTBOPOK [5]. PacnpocTpaHeHHOCTh Bapu-
KO3HOIO paclIMpeHMs] BeH rojieHeil y 0oibHbIx ¢ [TMK
cocraBisieT 12,9% [11], a ipu coyeTaHUM BBIPAKEHHOTO
MUTPAJIBHOTO MPOJIAOMPOBAHUST C MHOKECTBEHHBIMU aHO-

JNUCIUIa3US COENMHUTEIbHOM TKaHM, BHCKapauaJbHLIC

MaJIbHO PACIOJIOXEHHBIMU XOpJaMU 4acToTa BEHO3HOM
HezmoctatoyHocT gocturaet 100% [21].

M3BecTHO 0 BBICOKOI YacTOTe MOPaKEHUSI OPraHOB JIbl-
xaHus npu [TMK [9, 33]. CnabocTh COeAMHUTETLHO-TKAH-
HBIX CTPYKTYP JIETOYHOI TKaHU Mpeapacrosaraet K pa3Bu-
TUIO TPAXEOOPOHXUATBLHON TUCKUHE3UU — 3HAYUTEJbHO-
My M3MEHEHUIO MPOCBETA TPaxer U KPYIHbIX OPOHXOB BO
BpeMsl JIIXaHUS 32 CYeT SKCIMPATOPHOTO BHIOYXaHUST MX
aTOHUYHOI MeMOpaHo3HOU yacTu. bosnbliiast pacrnpocTtpa-
HEHHOCTb TpaxeoOpoHXUabHOW nuckuHe3uu mpu [TMK
MOATBEPXKIAET €€ MPUHAIIEXKHOCTh K TeHepaTU30BaHHBIM
npossiaeHusiM JICT. [1ns1 6oiee 10CTOBEPHOI OLIEHKU COC-
TOSTHUSI COCAVMHUTETbHOM TKAHM BEPXHMX IbIXaTeJIbHBIX
MyTei peKOMEHIYeTCs UCIOIb30BaTh HE MEHee JBYX Auar-
HOCTUYECKHUX MPU3HAKOB — HaIW4Me 3a3yOpPEHHOCTU Ha
BOCXO[ISIILIEM OTpe3Ke KpUBOUl (hOPCUPOBAHHOTO BbIAOXA U
MapanoKCaIbHbIN pe3yJibTaT MPoObl C CUMITATOMUMETHKA-
Mu. Tak, eciu MpUMeHeHUe MePBOro KpUTepusi MO3BOJIUIIO
OOHAPYXUTh TPaXeOOPOHXUAILHYIO JUCKUHE3MIO y 19,4%
qurl ¢ [TMK, To o6a mruarHoCTUYECKMX MOAX0Aa YBEINYU-
JIV YaCTOTY BbISIBJIEHKUS aHOMauu 10 73,3% [19]. B uenom,
PacrpoCTPaHEHHOCTh TPaxeOOPOHXUATBbHOW MUCKUHE3UU
HapacTaeT, 10 Mepe YBeJIMUYEHUS Yrcia U BbIPAXKEHHOCTHU
MaJiblIX aHOMaJIuii ceptia: ot 50% y GOJIbHBIX C €TUMHUIHBI-
MU, aHOMAJIHO PacCITOJIOKEHHBIMU, Xopaamu 10 80% mipu
COYETAaHUM MHOXECTBEHHBIX XOPJI C BEIPAXKEHHBIM TTpOJIa-
OMpOBaHUEM aTPUOBEHTPUKYISIPHBIX KilanaHos [21]. Knu-
HUYECKOe 3HaueHHe TPaxeoOpPOHXUATbHON AUCKUHE3UU
3aKJII0YAETCsI B TOM, UYTO OHA BBICTYMAEeT OJHOI U3 MPUINH
OpPOHXMAJILHOI OOCTPYKLIMM M XPOHMYECKOro Kauutd [16,
29], a yepe3 MeXaHU3Mbl TUTIEPBEHTWISILIMK 1 JIOKAJILHOTO
BOCTIQJICHUST MPUBOIUT K Pa3BUTUIO 3M(U3EMBI JIETKHX,
XPOHUYECKOro OpOHXUTA, JierouHoro cepaua [17, 28].

Bricokas cTeneHb KojlareHu3aluy OpraHoB IMUIIEBa-
peHust mo3BosisieT oxuaate npu [IMK MHoroodpasHbix
nposieiaeHuii JICT u ¢ ux croponsl. K unciy nucrniacTuko-
3aBUCHMBIX U3MEHEHMIA KeTyTOYHO-KUIIIEYHOTO TPaKTa 1
rernaro-OMIMapHON CUCTEMbI OTHOCSITCSI HEAOCTATOYHOCTh
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KapauK, aHOMaJIUK CTPOCHMSI KETTHOTO TTY3bIPsI, TOJTMXO-
curma [10]. [TogoOHbIe HapyieHus otMedeHsl pu [TMK
B 57-69% ciyuaes [14, 19].

Hanuuue reHeTnyecku oOycioBIeHHOTO AedeKTa KO-
nareHa nipu I[TMK HaknagbiBaeT HEM30€KHbBIN OTIIEUaTOK
Ha OCOOGHHOCTM TeUYeHMs 3a00JIeBaHMIA JKETYTOYHO-KU-
1meyHoro Tpakra. OTMe4YeHbl Oojiee paHHee Hayallo 1aTo-
JIOTUW OPTaHOB MHWIIIEBapeHMsI, OOJIbIIAsl BhIPAKEHHOCTD
a0IOMUHAILHOTO 60JIEBOrO CUHAPOMA U BOCTIATATEIbHBIX
U3MeHeHU causucToit 06oouku [10]. Y ractposHTeposo-
ruyeckux 00JibHBIX ¢ conyTcTBytomnM ITMK ropazno ya-
IIe PETUCTPUPYIOTCST racTpoa3odareaibHbIi 1 TyofeHora-
CTpaJIbHBIN pehIIOKChI, HAPYIIIEHNE MOTOPUKY KUIIEUHU -
Ka [3, 30, 32]. bosee TsKenoe TeueHue 3a00J1eBaHUM JKeTy-
JIOYHO-KMIIIEYHOTO TpaKTa CBSI3bIBAETCS KaK HEIOCpem-
ctBeHHoO ¢ [ICT, Tak u ¢ conmytctBytonieit [IMK Bereratus-
Holi nucdyHKiuei [§].

DyHKIIMOHAIIEHOE COCTOSTHUE COSTMHUTEILHON TKaH!
SIBJISIETCSI OMHUM M3 CYIIECTBEHHBIX KOMITIOHEHTOB MeXa-
HM3Ma sI3B000pa3oBaHusI. 3aMeUeHO, YTO OOJIbHBIC SI3BEH -
HOI 0O0JIE3HBIO XKeJTy[Ka W JIBEHAAIIATUIIEPCTHOW KUIIKH,
npotekatoeit Ha done [TMK, oTinyaroTcs OCTOBEpHO
OOJBIIMMU pa3MepaMH SI3BEHHOTO iepeKTa, Y HUX ropasio
yaille BCTpeyaroTcss MHOXECTBeHHBIE s13Bbl. IMeloTCs CBe-
JIeHUsT 0 OOJIBIIeH UIMTEIbHOCTU 3a0ojieBaHMs U Oosee
BBIPaXEHHBIX (DYHKIIMOHAIBHBIX HAPYIICHUSX ITPOKCH-
MaJIbHBIX OT/IEJIOB IMMILEBAPUTEILHOTO TPAKTa Yy JaHHOM
KaTeropuu namueHTos [10].

K yucny tunuynbsix BuctepaibHbix MapkepoB JICT or-
HOCSITCSI aHOMaJIMM KeJTIHOro Ty3bipsi. [leperu® u mepe-
TSDKKa Ty3bIpsi, S-o0pa3Hast U IapoBUIHAas aedopmaliim
3HAYMTETHLHO Yallle BhIsiBIsieTcs pyu Hammanu [IMK, yem
6e3 Hero [3, 10]. dedopmaniust 3KeTUHOro My3bIpst OOBIYHO
COYETAeTCsI C HapylIeHWEM MOTOPUKU KETIEBBIBOMSIIINX
myteit [2, 19], omHako cuuTaTh BpOXKIACHHbBIE aHOMAIUU OU-
JIMAPHOU 30HBI €IMHCTBEHHOM MPUYMHON TUCKUHE3UUA y
60sbHbIX ¢ [IMK Bpsin v mpaBoMepHo. Tak, mo Hadoae-
HusiM E.J1.BanbioBoit [3], mposiBIeHUsT AMCKUHE3UM XKe-
YeBBIBOSILMX MTyTe OTMeuanrch y Bcex 00bHbIX ¢ [IMK,
TOrma Kak paclpoCTpaHEHHOCTh Je(opMaiu KeJTIHOTO
ITy3bIpsI cocTaBisuia Tosibko oT 33,3 no 53,3% (B 3aBUCH-
MOCTU OT HAJIMYUS XOJIeIUTHA3a). YKa3aHHOE OOCTOSITE b~
CTBO MOXET ObITh OOBSICHEHO BIMSTHUEM TUC(HYHKIIUN Be-
TeTaTUBHON HEPBHOI CUCTEMBI U COITYTCTBYIOIIMMU Hapy-
IIEHUSIMA MOTOPUKU BEPXHUX OTIEJIOB KEITYTOYHO-KU-
IIEYHOTO TPAKTa, MPUCYIIUMHU MalIMEHTaM C MUTPATbHBIM
nponadbuposaHuem [10, 19].

Hepenko y auu ¢ [IMK HaGmomaoTcst UBMEHEHUSI MO-
YeroJI0BOil CUCTEMBbI: HE(hPOIITO3, TUCILIa3UK MTOYEK, MO-
YETOYHHWKOB U TMOJIOBBIX opraHoB [6, 23]. Cuuraetcsi, 4TO
yacToTa MOPaKeHUsT BEPXHUX MOYEBBIX MyTel MPU BPOX-
JIEHHBIX TeDeKTax COeNMHUTEIbHOI TKAaHU COTIOCTaBUMa C
pacrpoCcTpaHEeHHOCThIO aHOMauii cepaua [7].

Haubonee akryallbHOI YpOJOTMYECKO MaTOJOTUEH,
CBSI3AaHHOI C COCMMHUTEITLHOTKAHHBIMM Je(heKTaMu CBSI-

304YHOTO arrapara no4yku, siBiseTcst HedponTo3s. ucrac-
TUYECKUE TIPOSIBJICHUST BBIABISTIOTCS Yy 82,1% OOJBHBIX C
MaTOJOTMYECKON MOABMXKHOCTBIO mouek [15]. [eHepanuzo-
BaHHBII XapakTep MOpaXeHUsI COeNMHUTEILHON TKaHU Y
0OJIbHBIX C HEe(hPONTO30M IMOATBEPXKICH XapaKTePHbIMU
MUCTPO(PUIECKUMU U3MEHEHUSIMU KOJTAr€HOBBIX U 3J1ac-
TUYECKUX BOJJOKOH, OTMEUYEHHBIMU MPU U3YyYEHU U OMOMTa-
TOB TIOYEYHOM MApEHXUMBI, KOXW W MBIIIIEYHOU (hacimu
[13].

Jucria3zuu moyek, HeponTo3 ¢ UX 3aKOHOMEPHBIMU
MOCAEACTBUSIMU — TIMEJIOHEe(PUTOM, TUAPOHE(HPO3OM —
peaybHasl TIpUYMHA (OPMUPOBAHUS BTOPUIHOM apTepu-
JIbHOI TUTIEPTOHUU. JIpYyIrM BO3MOXKHBIM MEXaHU3MOM
MOBBIIIEHUS ApTePUAIBLHOIO AaBjieHusl y 00JbHBIX ¢ [IMK
BBICTYTAIOT LIEPeOPOUILIEMUYECKUE HapYyILIEHUs, CBSI3aH-
HbIe C MWTPAJIbHOW peryprutauueil m apuTMUIeCKUM
curapomoM [4]. [To nfaHHBIM CYyTOYHOTO MOHUTOPUPOBA-
Hust A/, cKpbITast apTepraibHas TUTIEPTOHUSI BBISIBIISIETCSI
y 36,4% nui ¢ IIMK [12].

OnHMM M3 YaCTHBIX TTPOSIBJICHUI HeudepeHIIMpOBaH-
Hoii ICT Ha ypoBHE penpOmyKTUBHOW CUCTEMBI SIBJISIETCSI
MpoJiarc reHuTanii. B reHe3e ykazaHHOI MaTOI0TUU Y MO-
JIONBIX KEHIIMH TOC/Ie €IWHCTBEHHBIX HEOCIOXXHEHHBIX
pPOIIOB U TPU aleKBaTHOM TOPMOHAIbHOM (DOHE Bedyllee
MECTO MPUHAMJIEXUT CIa00CTU COEAMHUTEIbHOW TKaHU
[24, 26, 31]. YcraHOBJIEHO, YTO TSDZKECTH T€HUTAJIBHOIO
MpoJiarica HaXOAMUTCS B TPSIMOW 3aBUCUMOCTU OT BbIpa-
JKEHHOCTH 3KcTpareHuTanbHbiX mnposieieHuit JCT. Ilo
HaomoaeHusiM T.FO.CMOJIbHOBOM ¢ COaBT., pacrpocTpa-
HeHHOCTh [IMK y >XeHIIMH ¢ MPOoJIarcoM TeHUTATUI 10C-
turana 45,7%, Bapuko3Hou 6oJie3Hn — 64%, HedponTosa
—6,7% [18].

YV 6onbHbIX ¢ [IMK yacTo Habm0AaI0TCST pa3HOOOpa3-
HbIE TeMOpparndeckue MposIBJICHUST — PeLANBUPYIOIITIE
HOCOBbIE KPOBOTEUEHUSI, OOUIbHBIE MECSIUHbBIE, JIETKOE 00-
pa3oBaHUE CUHSKOB, TMOBBIIIEHHAsT KPOBOTOUMUBOCTh Jie-
CeH, [UTUTebHAask KPOBOTOUMBOCTD TTOCJIE TTOPE30B KOXU U
aKcTpakuuu 3yooB [1]. ITo nanasiM O.1.OcTpoyMoOBOii, Te
WY MHBIE MPOSIBJICHUS TeMOPParuyeckoro CUHApOMa OT-
Medaauch y 62,5% 6onbHbix IIMK, uro mocroBepHO Ipe-
BBIIIAJIO aHAJIOTUYHbIN MTOKa3aTe/ib B KOHTPOJBHOM IpYIIIe
[14]. ITpyrauHbl HapymeHus remoctasa npu [IMK pasznnu-
Hbl. MI3BECTHO, UTO COCTOSIHME KOJUlareHa CyOaHIOTeusI
COCYIIOB OMpenesisieT akKTUBHOCTb aAre3dud W arperauuu
TPOMOOILIMTOB, BbIpabOTKU (hakTOopa Buinedpannma, ycra-
HOBJIEHA CBSI3b CUHTE3a KOJIJIareHa ¢ MpoAyKIuei (akro-
POB CBepThIBaHUS KpoBH [ 1, 27].

C "3MeHeHUeM arperalilMoHHON CoCOOHOCTH TPOMOO-
LINTOB CBSI3bIBACTCSI OMHO W3 TUIMYHBIX KIMHUYECKHUX
nposieiaeHuit [IMK — murpens. Ee pacnpocTpaHeHHOCTb y
6ombHEIX ¢ [IMK coctapnser 19,7-50,4% [14, 19]. ITo mHe-
HMIO psiia aBTOPOB, B MMaTOTeHE3e MUTPEHU MUMEET 3Haye-
HUE TMOBbIIEHHAs arperanusi TPOMOOIIMTOB Ha MUKCOMa-
TO3HO-M3MEHEHHBIX MUTPAJIbHBIX CTBOPKAX C BBHICBOOOX-
JIEHWEM Ba30aKTUBHbBIX cyOcTaHLuii [22, 25].
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Takum o6pa30M, KIIMHUYECKad CHMIITOMaTuKa IIpu

TIMK mHoroo6pasHa ¥ He MCUEPIbIBACTCS MOpPaKeHUEM
JIMILb CEPACYHO-COCYAUCTON cucTeMbl. COBOKYITHOCTb OT-
MEUEHHBIX BblIllle BUCLepaTbHbIX MposiBaeHuit JICT BbIBO-
nut ITMK ganeko 3a pamku opraHocrneuguuHoi mpoodJie-
MbI U TpeOYeT 1ieJIeHaNPaBIeHHOI0 JUarHOCTUYECKOTO T10-
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Abstract

WICKa JIJTST BBISIBIICHUST BO3MOXKHBIX M3MEHEHWI BHYTPEHHUX
opraHoB. C Opyroif CTOpOHBI, HaJWYHMe TeX WM WHBIX
JACTIIACTUKO-3aBUCHMBIX BUCIEPATbHBIX aHOMAJTUIA, OJe-
BUIHO, JIOJDKHO CIIYKATh OCHOBaHWEM K IIPOBEICHUIO
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Mitral valve prolapse (MVP) is the most studied manifestation of connective tissue dysplasia (CTD). Congenital connec-
tive tissue defect, lying in the base of the heart anomaly in MVP leads to another internal organs changes. In review the infor-
mation about extracardial manifestations of CTD concomitant with MVP, such as venous insufficiency, tracheobronchial
dyskinesia, gastrointestinal disorders, nephroptosis, genital prolapse, hemostasis pathology is presented.
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